This is a case report of a patient who presented with acute pancreatitis without the common causes. A pancreatic biopsy revealed large B cell lymphoma. Spleen lymphoma with pancreatic involvement inducing acute pancreatitis, which is a rare disorder, was diagnosed. Here we also review the few similar cases reported in the literature.
INTRODUCTION
The spleen is involved in 30%-40% of non-Hodgkin's lymphoma cases and primary spleen lymphoma (PSL) is a rare disorder, with an incidence of less than 1% [1] . Most patients have only nonspecifi c symptoms, such as fatigue, weight loss, and fever of unknown source, so it is therefore diffi cult to diagnose at an early stage. The prognosis for patients with PSL is related to the stage of the disease and pathological cell type involved. Here we report a case of malignant lymphoma of the spleen with invasion to the pancreatic tail with presentation as acute pancreatitis. We also review the literature on PSL.
CASE REPORT
A 68-year-old female patient presented with complaints of abdominal pain for 3 d and weight loss of about 6 kilograms in one month. Symptoms also included anorexia, nausea, and postprandial vomiting. Pain was localized to the right upper quadrant and was not related to meal or bowel habit changes. The pain could be relieved by assuming a knee-chest position and a left side decubitus posture. The symptoms did not include cough and fever. The patient had a history of type 2 diabetes mellitus with oral hypoglycemic agent control for more than 5 years. She denied any other systemic disease and did not have a habit of smoking or alcohol abuse. The patient was admitted to the hospital after being seen in the emergency room.
Physical examination showed anemic conjunctiva, no icteric sclera, and mild right upper quadrant tenderness. Neither a mass nor lymph nodes were palpable. The spleen was palpable about 8 cm below the costal margin. Laboratory tests showed the following: white blood cell count, 6300/cumm; hemoglobin, 12.0 g%; platelets, 101 000/cumm; segment, 60%; lymphocytes, 30%; monocytes, 10%; sugar, 155 mg/dL. Liver panel results, including total bilirubin, alanine aminotransferase, asparate aminotransferase, gamma glutamyltransferase, and lactic dehydrogenase, were within the normal range. Amylase was 410 U/L (< 180 U/L) and lipase was 715 U/L (< 160 U/L). An abdominal computed tomography (CT) scan showed a mass lesion of about 11.2 cm at the pancreatic tail and the spleen with multiple lymphadenopathy around the tumor. Splenic vein obliteration was also noted as well as edematous change over the peripancreatic area ( Figure 1A -C). A panendoscopy examination showed esophageal and gastric varices. Our initial impression was tumor invasion resulting in acute pancreatitis.
Tumor markers, including carcinoembryonic antigen (CEA), alfafetal protein (AFP), and C19-9, were within the normal range. Sono-guided biopsy over the pancreatic tumor was carried out. Pathological examination showed diffuse large B-cell lymphoma. Cytokeratin was negative, LCA was positive, CD20 was positive, and CD3 was negative (Figure 2A -C). The brain CT scan was negative. Chest imaging showed right pleural effusion and a pigtail tube was inserted. Analysis of pleural fl uid showed no malignant cells.
The patient fasted with fl uid hydration and electrolytes for 3 d. Subsequently, the abdominal pain subsided and a biopsy of the pancreas was performed. After the procedure, the patient's condition remained stable. Our initial treatment plan was chemotherapy. Unfortunately, fever and a urinary tract infection developed on the 7 th day after admission. Cefazolin, 1 gram every 8 h, and Gentamycin, 80 mg every 12 h, were administered. However, sepsis with respiratory failure developed, the chemotherapy was put on hold and the patient died after 12 d of hospitalization.
DISCUSSION
Acute pancreatitis is a disorder with numerous causes and an obscure pathogenesis. Bile duct stones and alcohol abuse together account for about 80% of acute pancreatitis. Other causes are various toxins and drugs, obstructions, such as malignancy, fibrotic sphinctor of Oddi, metabolic abnormalities, trauma, ischemia, infection, and autoimmune diseases. In 10% of the cases of acute pancreatitis no underlying cause can be identified, and these cases are described as idiopathic pancreatitis. Occult microlithiasis may be the cause of two-thirds of the cases of idiopathic acute pancreatitis [2] . Acute pancreatitis related to tumor obstruction is not unusual and primary pancreatic carcinoma (about 3% of all patients) and common bile duct cancer are the main etiologies. A case of carcinoid tumor of the pancreas with obstructive pancreatitis has been reported. Acute pancreatitis caused by metastatic carcinoma is uncommon, with broncogenic carcinoma as the main metastasisinduced pancreatitis tumor [3, 4] . Metastasis-induced acute pancreatitis typically has occurred in patients known to have advanced brochogenic carcinoma [5] . Our patient presented with typical abdominal pain and high levels of amylase and lipase. We excluded other etiologies of pancreatitis, and therefore spleen lymphoma with pancreatic involvement was the main etiology of the observed acute pancreatitis.
Das Guta et al stated that clinical presentation of these symptoms must indicate splenomegaly without any evidence of disease elsewhere. They emphasized that the liver biopsy specimen, as well as para-aortic and mesenteric lymph nodes, should be free of malignant lymphoma [5] . Sharin et al reported on splenomegaly without signifi cant lymphoadenopathy and no hepatomegaly or peripheral blood involvement [6] . Catherian et al defined malignant lymphoma with primary presentation in the spleen as splenomegaly without peripheral lymphadenopathy, pathological involvement of spleen with or without involvement of regional lymph nodes, bone marrow or liver [8] . Therefore, our patient could be diagnosed as having primary malignant spleen lymphoma due to the main involvement of the spleen without peripheral blood involvement, according to the defi nition of Catherian et al.
The spleen is involved in 30%-40% of the cases of non-Hodgkin's lymphoma and PSL has a reported incidence of less than 1%. In published reports, the incidence of diffuse large cell lymphoma in PSL varies from 22.4% to 33.3% [1] . Large B cell lymphoma, presenting with a tumor mass, is associated with a relatively favorable clinical course and the clinical presentation of a tumor confined to the spleen and the hilar lymph node is associated with lower aggravates [7] . The most common presenting symptoms in malignant lymphoma of the spleen are fever, malaise and weight loss.
There are some reports that revealed large B cell lymphoma in the spleen in patients with hepatitis C virus infection [5] . The prevalence of HCV infection (51.7%) in the examined splenic diffuse large B cell lymphoma cases was signifi cant (P < 0.05) [1, 10, 11] . Saadoun et al demonstrated that treatment with interferon and ribavirin led to a complete virological response and hematological remission as well as the disappearance of its clinical symptoms. However, there were no studies indicating whether aggressive treatment of HCV infection by pegylated interferon is effective in treating or preventing lymphoma.
The spleen can accommodate different types of large B-cell lymphomas, which need to be distinguished to establish a precise prognosis and the most suitable treatment [5] . Large B-cell lymphoma in the spleen as a tumor mass has a relatively favorable clinical course [12] . Only a few case reports have been published that included pancreas involvement.
In the case discussed in this report, the patient presented with non-specific symptoms, such as body weight loss and fatigue, followed by acute abdomen pain and symptoms of pancreatitis. The tumor was large enough to detect in the imaging studies, such as sonography or CT scan. A main problem is detecting the tumor as soon as possible because prognosis is related to tumor stage. Therefore acute pancreatitis with unknown etiology needs more detailed study to exclude primary pancreatic or metastasis, especially with those showing previous warning symptoms, such as fatigue, malaise or unknown cause of fever. If we could detect tumors earlier, prognoses would be better. Even if tumors are hard to remove surgically, chemotherapy should be effective.
The experience of our patient also warned us that these patients have weakened immunity and sepsis may be a major cause of mortality. If there is clinical suspicion of sepsis, antibiotics are indicated.
